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LETTER TO THE ED ITOR
What can vasculitic leg ulcers implicate?
Dear Editors,
A 76-year-old woman presented with multiple irregular
necrotic leg ulcers surrounded by palpable purpurae on the right
leg, persisting for 2 years (Figure 1). Three years before, her
left leg was amputated because of ulceration and concomitant
septicemia. The patient had pallor, xerostomy, xerophthalmia,
distal limb numbness without parotido-, lymphadeno- or hep-
atomegaly. Haematoxylin–eosin-stained sections of the ulcer
showed leucocytoclastic vasculitis with erythrocyte extravasa-
tion; direct immunofluorescence showed granular IgG and com-
plement factor 3 depositions.
Laboratory tests showed marked hypoproteinaemia, hypoal-
buminaemia, elevated erythrocyte sedimentation rate, mild pan-
cytopenia, high carbamide, creatinine, uric acid and C-reactive
protein levels. Proteinuria, microscopic haematuria, granular,
hyalin and cell cylinders suggested glomerular involvement.
Autoimmune serology found positive anti-nuclear antibody,
a robust elevation of anti-SS-A and rheumatoid factor and
a moderate increase in anti-SS-B levels. Cryoprecipitation
showed massive cryoglobulinaemia. Immunofixation elec-
trophoresis detected non-quantifiable IgMκ biclonal and IgMλ
monoclonal bands, and serum-free light chain assay showed
very high κ level and abnormal 𝜅:𝜆 ratio (Table 1).
Review of CT images revealed splenomegaly, but no lytic
bone lesions related to multiple myeloma. Ultrasound and
CT examinations showed bilateral parenchymal atrophy of the
kidneys.
Bone marrow trephine biopsy revealed discrete interstitial
B-cell population suggestive of indolent B-cell lymphoprolifer-
ation, but no evidences of B-cell monoclonality was detected by
PCR-based immunoglobulin heavy chain gene rearrangement
analysis.
Figure 1 Necrotic leg ulcers and palpable purpurae on the right leg.
Table 1 Main laboratory values
Laboratory parameter Value Normal range
ESR 29mm/hour 1–20
CRP 45⋅9mg/l <5⋅0
Carbamide 21⋅5mmol/l 2⋅9–11⋅1
Creatinine 162 μmol/l 53–106
Uric acid 586 μmol/l 145–340
Serum total protein 44–48 g/l 60–87
Serum albumin 25–27 g/l 34–48
Transferrin saturation 7% 15–50
Serum ferritin 289⋅7ng/ml 30–400
Vitamin B12 47pmol/l 141–489
RBC 2⋅58Tera/l 3⋅88–4⋅99
Haematocrit 0⋅21 0⋅36–0⋅44
Haemoglobin 68 g/l 118–148
MCV 80⋅2ﬂ 82⋅0–98⋅0
Leucocyte 2⋅82G/l 3⋅9–11⋅1
Absolute neutrophil count 2⋅09G/l 1⋅7–7⋅5
Absolute lymphocyte count 0⋅48G/l 1⋅00–3⋅20
Absolute monocyte count 0⋅16G/l 0⋅2–0⋅6
Thrombocyte 135G/l 169–358
Urine total protein 290mg/dl <12
Daily urine total protein 1⋅74g/day <0⋅15
Urine erythrocyte +++ (>36/μl)
HBsAg (absorbance) 0⋅67 <0⋅90
HCV antibody (absorbance) 0⋅09 <0⋅90
Anti-SS-A >200U/ml 0–25
Anti-SS-B 39U/ml 0–25
Rheumatoid factor 374⋅1U/ml <14⋅0
𝜅-free light chain 387mg/l 3⋅3–19⋅4
𝜆-free light chain 29⋅6mg/l 5⋅7–26⋅3
𝜅:𝜆 ratio 13⋅07 0⋅26–1⋅65
Serum complement 3 71⋅1mg/dl 90⋅0–180⋅0
Serum complement 4 3⋅93mg/dl 10⋅0–40⋅0
ESR, erythrocyte sedimentation rate; CRP, C-reactive protein; RBC, red
blood cell; MCV, mean corpuscular volume; HBsAg, hepatitis B surface
antigen; HCV, hepatitis C virus.
In the background of chronic vasculitic leg ulcers, primary
Sjögren’s syndrome (SS) was diagnosed based on the ful-
filled criteria (xerophthalmia, xerostomy persisting for 2 years,
abnormal Schirmer’s test and the presence of anti-SS-A and
anti-SS-B) (1). However, splenomegaly, mild pancytopenia and
cryoglobulinaemia suggested further disorders. Impaired iron
reutilisation and decreased vitamin B12 level could contribute
to the mild pancytopenia with normocytic anaemia and the
neurological symptoms. Hepatitis B (2) and hepatitis C virus
(HCV) (3) infections were excluded by serology. Trephine
biopsy was unable to confirm unequivocally the presence of
haematological malignancy. SS often coexists with monoclonal
gammopathy (4). Our patient had oligoclonal gammopathy
and in this setting, it is assumed to be a transitional state
between chronic inflammation and low-grade malignancy. In
an advanced stage, the persistent autoantigen drive can lead to
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the change of oligoclonal diversity to monoclonal type of a pre-
cise clone with the highest mutation rate and can manifest as a
haematological neoplasia (5).
The nephrological parameters are assumed to be the con-
sequences of secondary nephropathy, mainly nephrosis and
nephritis due to cryoglobulinaemia; however, renal biopsy was
not feasible because of remarkable parenchymal loss. In a retro-
spective study of patients with primary SS and mixed cryoglob-
ulinaemia (MC), renal biopsy showed leucocyte nodular infil-
tration containing CD 20+ B lymphocytes (3). Other studies
suggest that essential MC may indicate a pre-B-cell lymphoma
state (6,7). This is also supported by a recent report indicating
that MC patients without HCV had a fourfold greater risk of
developing B-cell non-Hodgkin lymphoma compared with the
control group with HCV-dependent MC (8).
Because of distal limb numbness, the patient was subjected to
nerve conduction study, which showed sensorimotor polyneu-
ropathy, the most frequent neurological finding in SS (9).
In primary SS, dermatological manifestation is quite rare
(10) and multiorgan involvement is also a unique phenomenon.
Our special case supports the importance of thorough clinical
investigation of patients with vasculitic leg ulcers.
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